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Angiofollicular lymph node hyperplasia, or Castleman’s disease, is
a rare disorder involving lymphoid tissue proliferation that was first
described by Castleman in 1956. The etiology of Castleman’s
disease is unclear; many origins have been proposed, such as
immunocompromised states, chronic inflammation or infection, and
autoimmune processes. The disease has been classified on clinical
grounds (unicentric or multicentric) and by histological appearance
(hyaline vascular pattern, plasma cell predominance, or mixed
lesions). In more than 70% of cases, Castleman’s disease presents as
a solitary mediastinal or cervical mass with an indolent course.
Whereas the unicentric form is usually benign and curative resection
is possible, patients with the multicentric form often have systemic
symptoms and a clinically more aggressive, malignant course. We
report a case of unicentric Castleman’s disease and re-emphasize its
importance in the differential diagnosis of mediastinal tumors.
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CASE REPORT
We report the case of a previously healthy 44-year-old
woman who initially presented with solid and liquid dyspha-
gia that had worsened over the previous 2 months. She had no
respiratory symptoms. She visited her primary care physician,
and a chest radiograph revealed mediastinal enlargement.
The physical examination revealed a well-nourished
woman without abnormalities such as organomegaly or lymph-
adenopathy. Laboratory tests and the electrocardiogram and
echocardiogram were normal.
Thoracic computed tomography revealed a heteroge-
neous 7.5 12 4.5-cm mass, which was centrally calcified
with abundant peripheral tissue of an adipose or cystic nature.
The mass extended from the carina to the left hemidiaphragm
(Figure 1). A posterior mediastinal mass was diagnosed.
Abdominal computed tomography was normal, as was a bone
marrow biopsy. Coronal and transverse thoracic magnetic
resonance imaging demonstrated a well-defined lesion in the
posterior mediastinum, adjacent to vascular structures (Fig-
ures 2 and 3).
The patient underwent an open thoracotomy, and the
mass was resected successfully. The histology of the speci-
men showed typical features and immunostaining consistent
with the diagnosis of angiofollicular hyperplasia of the hya-
line vascular type (Figures 4 and 5). The follicular dendritic
cells showed intense immunostaining for CD23. In the 6
years since surgery, the patient has had no signs of recurrent
disease and is under yearly follow-up care.
DISCUSSION
Castleman’s disease may present in either a local uni-
centric form or in a widespread multicentric form. The
unicentric form of the disease is characterized by localized
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FIGURE 1. Thoracic computed tomography scan. Heteroge-
neous 7.5  12  4.5-cm mass with central calcification and
abundant peripheral tissue of an adipose or cystic nature.
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disease confined to a single site; often the patient is asymp-
tomatic and the mass is found incidentally, as in our patient.
From a pathological perspective, the hyaline vascular pattern
subtype is the most common; the plasma cell predominance
variant is found in only 10% of cases.1,2 The unicentric
hyaline vascular subtype usually has a mediastinal or cervical
location with occasional enlarged adjacent lymph nodes, and
it is often attached to adjacent structures.3 The initial man-
agement of unicentric Castleman’s disease is surgical re-
moval of the mass. Radiotherapy has been used with success-
ful outcomes in patients with either residual disease after
incomplete resection or unresectable lesions.4 Chemotherapy
is usually unnecessary for unicentric disease.4 The prognosis
of unicentric Castleman’s disease is excellent.2
Multicentric Castleman’s disease indicates the presence
of lymphoid hyperplasia at multiple sites, such as the periph-
eral lymph nodes, spleen, and bone marrow, with systemic
signs and constitutional symptoms. Most multicentric cases
are the plasma cell predominance type, although hyaline
vascular and mixed cases have occasionally been reported. It
is much less common than the unicentric disease and has a
poorer prognosis. The optimal treatment for multicentric
disease is not known. Various treatments have been reported,
including high-dose corticosteroids, chemotherapy, radiother-
apy, and surgery. No treatment seems to be superior, but
surgery may be the least beneficial because of the diffuse
nature of the disorder.4 The median survival of patients with
multicentric Castleman’s disease is 2 to 3 years.3
The localized and multicentric forms of Castleman’s
disease are two distinct conditions that have similar histolog-
ical features but different clinical features, courses, and re-
sponses to treatment. In summary, angiofollicular lymph
node hyperplasia can occur anywhere in the body, grow for a
period without symptoms, and recur despite complete resec-
tion. Surgical resection and close follow-up care are advised.
REFERENCES
1. Keller AR, Hochholzer L, Castleman B. Hyaline-vascular and plasma
cell types of giant lymph node hyperplasia of the mediastinum and other
locations. Cancer 1972;29:670–683.
2. Bowne WB, Lewis JJ, Fillipa DA, et al. The management of unicentric
and multicentric Castleman’s disease: a report of 16 cases and a review
of the literature. Cancer 1999;85:706–717.
3. McCarty MJ, Vukelja SJ, Banks PM, et al. Angiofollicular lymph node
hyperplasia (Castleman’s disease). Cancer Treat Rev 1995;21:291–310.
4. Herrada J, Cabanillas F, Rice L, et al. The clinical behavior of localized
and multicentric Castleman’s disease. Ann Intern Med 1998;128:657–
662.
FIGURE 2. Thoracic magnetic resonance imaging. Coronal
image.
FIGURE 3. Thoracic magnetic resonance imaging. Trans-
verse image.
FIGURE 4. The histological examination revealed small lym-
phocytes arranged in a concentric onion skin pattern. These
morphological features are characteristic of Castleman’s dis-
ease. Hematoxylin and eosin staining, 925 magnification.
FIGURE 5. The histological examination revealed numerous
germinal centers pierced by capillaries emanating from a
hypervascular pericortex. Hematoxylin and eosin staining,
925 magnification.
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